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The  familial  variant  of cardiac  myxomas  is an  autosomally  dominant  disease.  Here,  we  report  a  case  of
recurrent multiple  cardiac  myxomas  wherein  the patient,  a 36-year-old  woman  who  was  referred  for
palpitations  and  nocturnal  dyspnea,  had  a relevant  familial  history.  Her  mother  had  undergone  extir-
pation  of  cardiac  myxoma  when  she  was  about  50 years  old.  Echocardiography  showed  the  presence
of multiple  cardiac  myxomas.  One  of  the cardiac  myxomas  nearly  obstructed  the  left  ventricular  inﬂow;
therefore,  we extirpated  the  myxomas  under  cardiopulmonary  bypass  and  cardioplegic  arrest.  The  opera-
tion was  uneventful  and  the  postoperative  clinical  course  was  good.  Pathological  examination  conﬁrmed
that  the extirpated  mass  was  a myxoma.  Approximately  3 years  after  the  ﬁrst  cardiac  operation,  weecurrent
arney’s complex
found  a recurrent  cardiac  myxoma  in  the  same  patient.  She  then  underwent  a second  operation  and  was
discharged  without  any  complications.  Pathological  examination  also  conﬁrmed  that  the  cardiac  mass
was  a  myxoma  and that there  was  no  malignancy.
<Learning  objective:  This  familial  multiple  cardiac  case  is  a rare case  because  of its  multiplicity,  location
(especially,  the  myxoma  in  right  atrium  is rare) and  recurrence  at the  same  position.  And  we  may  suggest
the  pitfall  or  prevention  for recurrence  of  cardiac  myxoma.>
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The familial variant of cardiac myxomas is an autosomally
ominant disease and it is rare [1,2]. Here, we report a case of recur-
ent multiple cardiac myxomas wherein the patient, a 36-year-old
oman who was referred for palpitations and nocturnal dyspnea,
ad a relevant familial history.
ase report
A 36-year-old woman was referred to our hospital for a 3-year
istory of palpitations and worsening nocturnal dyspnea. On phys-
cal examination, her blood pressure was 119/72 mmHg  and her
ulse was 87 bpm and regular. The heart sounds were normal.
lectrocardiography showed a normal sinus rhythm and echocar-
iography showed multiple masses in the right and left atria (see
ig. 1a and b). They were regular and spherical in form. Addi-
ionally, they were heterogeneous in appearance and sessile. One
ass within the left atrium nearly obstructed the mitral inﬂow.
he echocardiographic ﬁndings suggested that the masses were
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myxomas or thrombi. The patient’s mother had also been diagnosed
with a cardiac myxoma and had undergone surgical removal of the
myxoma.
We planned to remove the intracardiac abnormal masses
under cardiopulmonary bypass because they carried a high risk of
embolism and sudden death. After median sternotomy and estab-
lishment of cardiopulmonary, we approached the left atrium via
right atriotomy and trans-septal fashion. Intraoperative ﬁndings
included 3 masses in the left atrium and 2 masses in the right
atrium attached to the atrial septum (see Fig. 2). We removed the
intracardiac abnormal masses with attached atrial septum under
cardiopulmonary bypass. Each tumor-free margin was about 2 mm.
We did not need any graft to reconstruct the septal defect. The
operation and postoperative course were uneventful. Pathological
analysis showed that all the masses removed were cardiac myxo-
mas  (see Figs. 3 and 4).
Approximately 3 years after the ﬁrst operation, echocardiogra-
phy showed that the patient had a mass in her left atrium. She also
experienced shortness of breath on effort. We decided to extirpate
the cardiac mass because we suspected recurrence of the cardiac
myxoma. We  started the second operation in the same fashion as
the ﬁrst operation. After establishment of cardiopulmonary bypass,
we approached the left atrium by trans-septal approach. During the
second operation, we  found that the cardiac mass was attached to
vier Ltd. All rights reserved.
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operation. Concerning her familial history of myxoma, her motherig. 1. (a) Preoperative echocardiogram showing a mass (arrow) in the right atrium.
b)  Preoperative echocardiogram (transesophageal) showing masses (arrows) in the
ight and left atria.
he left atrial site of interatrial septum. It was same site as for the
rst operation. The mass looked like a myxoma. We  removed the
ass with the attached septum by using an en bloc approach and
he second operation was performed uneventfully. We  removed
he mass completely with attached atrial septum and the resected
rea was wider than the ﬁrst operation. The tumor-free margin was
bout 10 mm.  We  needed bovine pericardial patch to reconstruct
he defect of atrial septum. The patient was then discharged with-
ut complications. Pathological analysis conﬁrmed that the mass
as a myxoma and that there was no malignancy.
ig. 2. Operative photograph showing a gelatinous mass (arrow) that is located in
he right atrium and is attached to the interatrial septum.Fig. 3. Gelatinous mass with a ﬂeshy thrombus in the right atrium.
Discussion
Primary cardiac tumors are rare, with an incidence of
0.0017–0.19% in unselected autopsy series [1]. Cardiac myxomas
represent 50% of all primary cardiac tumors [1]. Multiple tumors are
seen in <5% of total cases, of which half (2.5%) are biatrial myxomas
[2].
More than 90% of myxomas occur sporadically and are usually
solitary. Familial myxomas are transmitted in an autosomally dom-
inant manner [3,4]. Patients with familial myxomas tend to have
multiple myxomas and familial myxomas are often associated with
Carney’s complex. Some of these inherited cases are often recurrent
[5].
In our case, the patient had a familial history of cardiac myx-
oma  and had multiple myxomas in her left and right atria. During
the operation, we  removed the intracardiac abnormal masses with
attached atrial septum. However, the myxoma recurred approxi-
mately 3 years after the operation. Previous reports have suggested
that even after complete resection of the mass, it is important
to follow up patients who  have cardiac myxomas because spo-
radic recurrence of cardiac myxoma may  occur with an incidence
of about 4–7% [6]. And retrospectively this case suggests that we
should remove the myxomas with atrial septum widely at the ﬁrsthad been diagnosed with cardiac myxoma in her 50s. Familial car-
diac myxomas are often associated with Carney’s complex. Carney’s
Fig. 4. Histological section through the tumor. Note the scattered small oval or
stellate cells with abundant myxoid matrix (hematoxylin and eosin, 100×).
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omplex is known as an autosomal dominant condition compris-
ng myxomas of the heart and skin, hyperpigmentation of the skin,
nd endocrine overactivity. But, she did not have any clinical fea-
ures of Carney’s complex other than cardiac myxomas. Her mother
ould have been diagnosed as Carney’s complex, but no data were
vailable. We  are going to do further evaluation such as genetic
nvestigation for precise diagnosis of Carney’s complex because
ecurrence of cardiac myxomas may  occur more frequently than
n sporadic cases. The frequency of recurrence of familial myxomas
s 10–21% [6]. And they sometimes recur at different sites. Then, it
s important to follow her echocardiography more carefully if she
as Carney’s complex.
In summary, we experienced a case of multiple cardiac myxoman a patient with a familial history. Recurrence of these myxomas
ccurred after complete resection of the mass. These ﬁndings sug-
est that familial cardiac myxomas tend to recur; therefore, we
ust follow these patients more carefully.
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